N 1923 Pierre Masson 9 d e s c ribed a tumorl i ke pap i l l a ry p ro l i fe ration of the endothelium within an infe c t e d h e m o rrhoidal vein. Since then this unusual lesion has been found in a va riety of other locations, and its benign n at u re has been well establ i s h e d. Only a handful of the rep o rted cases have invo l ved the neura x i s , 1 , 5 , 1 1 , 1 4 and in all of these instances the tumor was found in the intra c ra n i a l c o m p a rtment. Here we present wh at we believe to be the fi rst rep o rt of spinal cord compression due to Masson's vegetant hemangi o e n d o t h e l i o m a .
Case Report
This 16-ye a r-old Caucasian boy presented with a 1-month history of progre s s ive weakness in both legs and a 1 -week history of midthoracic back pain with ra d i c u l a r ra d i ation that was seve re enough to wa ke him at night. These symptoms had become rap i d ly wo rse in the few d ays prior to pre s e n t ation, and he had ex p e rienced some h e s i t a n cy of micturition for 24 hours. He had prev i o u s ly been healthy and had not suffe red any injury to his back . The fa m i ly history was unre m a rk abl e, and he had neve r been exposed to carc i n ogens or ionizing ra d i at i o n .
Examination. On ge n e ral ex a m i n ation, the skin, mu c o u s m e m b ranes, and card i ova s c u l a r, re s p i rat o ry, and ga s t ro i ntestinal systems we re entire ly normal. Neuro l ogical ex a mi n ation revealed intact cranial nerves and arm function. In the legs there was a symmetrical spastic increase in tone, G rade 4/5 weakness in an upper motor neuron pat t e rn, and hy p e rre fl exia with bilat e ral extensor plantar re s p o n s e s . Th e re was a partial sensory level response to pinpri ck at T-8 and a moderate reduction in joint position sense in the toes. Anal sphincter tone was reduced on digital ex a m i n ation. Routine blood tests and chest x-ray film results we re n o rmal. A computeri zed tomographic mye l ogram demons t rated marked cord compression at the T-6 level due to a p o s t e rior ex t ra d u ral mass with an ab n o rmal tex t u re to the ove rlying lamina (Fi g. 1). The cereb rospinal fluid had an e l evated protein content of 0.8 mg/L but was otherwise n o rmal. Magnetic resonance imaging was not ava i l able at the time, and in light of the pat i e n t 's rapid deteri o rat i o n , he was immediat e ly taken to surge ry.
Operation. At operation, the T-6 lamina was found to be ab n o rmal, with large vascular spaces on its deep surfa c e. The tumor lay within at t e nu ated ex t ra d u ral fat and com-p rised a re d -bl a ck nodular mass associated with dilat e d ex t ra d u ral veins. It could be sep a rated cl e a n ly from the d u ra throughout, and a complete resection was ach i eve d with sacri fice of part of the right T5-6 facet joint.
Pathological Examination. The surgical specimen meas u red 4 ϫ 2 ϫ 1 cm. Micro s c o p i c a l ly, it consisted of organ i zed thro m bus sep a rated into nu m e rous pseudova s c u l a r channels that we re lined by a single layer of endothelium. Pap i l l a ry projections we re seen on the luminal side, and t h e re we re no mitoses or other evidence of malignancy ( Figs. 2 and 3 ). Residual elastic fi b e rs we re demonstrat e d with a van Gieson stain in the main vessel walls. Th e ap p e a rance was thus typical of Masson's vegetant hemangi o e n d o t h e l i o m a .
Postoperative Course. The pat i e n t 's leg power and bl a dder function improved marke d ly within 24 hours, and he was disch a rged after 10 days, at wh i ch time he could wa l k with a cane and was fully continent. At 6-month fo l l owup ex a m i n ation, he was entire ly asymptomatic and had re t u rned to playing fo o t b a l l . Discussion M a s s o n 's vegetant hemangioendothelioma, sometimes also known as "intravascular pap i l l a ry endothelial hy p e rp l a s i a ," is an unusual benign growth. Since it was fi rs t d e s c ri b e d, the lesion has been found in a va riety of locations, including the skin and subcutaneous tissues, mu s cl e, pelvis, live r, pharynx, and large neck ve i n s .
2 -4 , 6 , 8 , 1 2 Th e age distri bution for Masson's vegetant hemangi o e n d o t h elioma is wide, with a slight female prep o n d e rance noted in most series. Its importance lies mainly in the fact that the histological ap p e a rance may be mistaken for that of a malignant vascular tumor such as angi o s a rcoma or K ap o s i 's sarc o m a . 2 , 8 , 1 3 This distinction must be made to avoid unduly aggre s s ive tre atment, because Masson's vegetant hemangioendothelioma is inva ri ably cured by adeq u ate re s e c t i o n .
H i s t o l ogi c a l ly, the lesion is confined to the va s c u l a r lumen. It consists of blood spaces and thrombotic mat e rial that are fragmented by fl o rid pap i l l a ry projections of fi b rous tissue-bearing hy p e rplastic endothelial cells. Fe at u res that might suggest malignancy such as solid cellular areas, necrosis, mitotic fi g u res, pleomorp h i s m , endothelial laye ri n g, and an infl a m m at o ry cellular infi lt rat e, are all uncommon. 2 M a s s o n 's vegetant hemangioendothelioma may ari s e ap p a re n t ly de novo or within an identified pre existing va scular ab n o rmality such as a hemangioma, pyogenic gra nuloma, or cave rnous angi o m a . 8 Its ly m p h atic counterp a rt has been described within cystic hy gro m a . 7 The question of pat h ogenesis remains unanswe re d. Masson and seve ra l subsequent re s e a rch e rs 8 , 9 h ave suggested that it is a benign but tru ly neoplastic process of the endothelium. Howeve r, similar histological ap p e a rances may be found within o rd i n a ry venous thrombi or art e rial thromboemboli and so other re s e a rch e rs pre fer to rega rd it as an unu s u a l ly ex ub e rant fo rm of the normal gra nu l ation response within t h ro m bu s . 2 , 6 , 1 3 This theory does not discount its ability to fo rm an expansile and compre s s ive mass as the initial growth could cause vascular occlusion, leading in turn to stasis, further thrombosis, and re c ruitment of contiguous vessels. Th e re has been no suggestion that Masson's vegetant hemangioendothelioma is associated with the va rious congenital and acquired causes of blood hy p e rc o ag ul ab i l i t y, 1 0 and our patient had no known risk fa c t o rs fo r t h ro m b o s i s .
Instances of Masson's vegetant hemangi o e n d o t h e l i o m a t h at invo l ved the neuraxis as noted in prev i o u s ly rep o rt e d cases have all been present in the intra c ranial compartment. These cases presented va ri o u s ly as a giant tumor in an infa n t , 1 as an intra c e reb ral hemorr h age from a presumed cave rnous hemangioma containing focal Masson's vegetant hemangioendothelioma ch a n ge, 5 with ra i s e d i n t ra c ranial pre s s u re due to venous sinus obstru c t i o n , 1 4 and with ep i l epsy in a case of multiple neuro c u t a n e o u s M a s s o n 's vegetant hemangioendothelioma lesions. 1 1 O u rs is the fi rst rep o rted case to present with spinal cord comp ression, and we believe that this lesion had pro b ably a risen within an ex t ra d u ral cave rnous hemangioma. Th e re was nothing re m a rk able about our pat i e n t 's clinical cours e and the lesion's ap p e a rance on computeri zed tomograp hic mye l ogram was not unusual. Howeve r, our pat i e n t made an excellent re c ove ry after a complete resection and the many rep o rts of successful surgical tre atment of M a s s o n 's vegetant hemangioendothelioma at other sites would there fo re suggest that his prognosis is favo rabl e. Spinal Masson's vegetant hemangioendothelioma is cl e a rly ve ry unusual, but we would recommend that the diagnosis be considered in cases of spinal cord compre s s i o n due to vascular tumors to prevent needless adjuva n t t h e rapy.
